A 46-year-old male with end-stage renal failure ( ESRF ) on the basis of long-standing poorly controlled hypertension was admitted with a 5-week history of progressive weakness and paraesthesia in both upper and lower limbs. He had been commenced on continuous ambulatory peritoneal dialysis (CAPD) 12 months prior to this admission. However he had been non-compliant with renal replacement therapy (including phosphate binders and antihypertensive agents) and frequently failed to attend outpatient review clinics. There was no other medical history.
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Fig. 2. H&E section of the skin biopsy (magnification ×500) demonstrating extensive calcification within the arterial walls.
itis. His plasma urea was 94 mmol/l and creatinine was bodies were negative. The necrotic lesions progressed to involve most of his lower limbs and penis. He 3111 mmol/l; calcium was 1.61 mmol/l and phosphate 3.99 mmol/l. He had a severe metabolic acidosis with subsequently died of septicaemia.
A post-mortem demonstrated widespread calcificaa pH of 7.09, a PCO 2 of 17 mmHg, bicarbonate of 5 mmol/l and an acid/base deficit of −24.8.
tion of the small vessels including the coronary vasculature. There was also evidence of left ventricular Haemodialysis was commenced and he made a reasonable recovery. Two months later he developed a hypertrophy. The aetiology of his renal failure was confirmed as hypertensive nephrosclerosis. Incidental painful necrotic ulcer on his left calf which increased in size despite therapy (Figure 3 ). Associated with this findings were hepatic cirrhosis, portal hypertension, and ascites. was the development of a levido rash over his lower limbs and a peripheral myopathy. X-rays of hands and feet revealed widespread calcification of his digital Discussion arteries and renal osteodystrophy. A skin biopsy demonstrated vascular calcification. ANCA and autoantiCalciphylaxis is a rare and often fatal condition which results in progressive ischaemic necrosis secondary to widespread calcification of the medium and small vessels. The ischaemic necrosis may involve any organ but the skin and muscles are usually the most severely aÂected [1] . It is almost exclusively seen in ESRF patients. However, with the earlier diagnosis of renal failure and improved therapy, it has a low incidence. A high index of suspicion is necessary to make the diagnosis early, which is crucial in preventing progression and reducing morbidity [2, 3] . It should be considered in all ESRF patients who present with a levido reticularis-type rash, painful skin nodules or plaques and in those with ulceration of the lower limbs or digital gangrene. A skin biopsy demonstrating widespread calcification and fibrinous thrombi plus the absence of inflammation confirms the diagnosis. It ESRF who present with a myopathy or evidence of diagnosis of renal failure and the aggressive control of urea, phosphate and calcium with the suppression of infarction of the bowel, central nervous system or secondary hyperparathyroidism using pulse calcitriol myocardium [4] . It may be frequently confused with a therapy [12 ] . Once calciphylaxis is established, the only vasculitis, cryoglobulinaemia, panniculitis or atheromway to influence progression is aggressive intervention atous gangrene [4, 5] . with dialysis, exclusion of possible triggers, a low There may be an association with insulin-dependent calcium and phosphate diet plus phosphate binders. diabetes mellitus and hypertension, both of which Depending on the patient's overall condition, early cause small and medium vessel pathology, which may parathyroidectomy has been shown to reduce the calexacerbate or accelerate calciphylaxis [2] [3] [4] . There is cium phosphate solubility product, by reducing the no evidence to suggest an underlying autoimmune impact of the secondary hyperparathyroidism [8, 11] , mechanism, but it appears that other conditions are and has been reported to reduce the pain level and required for calciphylaxis to occur [2 ] . It is probable improve wound healing [2] [3] [4] . Oral phosphate binders that in a predisposed individual there are triggers need to be continued following successful parathyrowhich may precipitate tissue calcification [6 ] . From idectomy. Parathyroidectomy late in the disease has animal studies and case reports, potential triggering been shown to have unpredictable results but this may factors may include corticosteroids, iron-containing well be due to the severity of the calciphylaxis and the compounds, topical egg albumin or yolk or even local associated sepsis [2] [3] [4] 13] . Aggressive dialysis, good trauma [1, 3, 4, 7] . The relationship of these agents to wound care, early debridement or amputation and the actual pathogenesis is unknown. The ischaemia appropriate antibiotic therapy are the mainstays of that develops does not appear to be due solely to conservative management for this condition. mechanical obstruction (secondary to calcium deposition). Potential mechanisms include vasospasm related to elevated calcium or parathyroid hormone levels or References thrombosis secondary to low levels of protein C which The pathogenesis of calciphylaxis remains unknown. hyperparathyroidism. Arch Surg 1991; 126: 1213 -1219 In almost all cases there is significant hyperphosphatae-
